Defective anion transport has recently been put forward as the proximate cause of elevated C1-in CF sweat. To further explore this possibility, we studied the behaviour of a C1-analogue, inorganic sulfate (SO4), in serum and sweat obtained from controls (n.22) and adult CF patients (n=6). A minimum of 50 mg of sweat was collected from both forearms onto acid-washed, low-sulfate absorbent disks after the standard pilocarpine electrophoresis. C1-and SO4 were measured by conductimetric means on the same sample using controlled-flow anion chromatography. Serum C1-and SO4 were similar in controls and CF patients. In controls, sweat SO4 and C1-were significantly correlated (r=.52, p<.01). Also, controls had sweat:serum concentration ratios for SO4 (0.28f0.02, xfSE) that were not different from C1-(0.26+0.01), suggesting that both anions are reabsorbed to a similar extent during the formation of the final secretory product from serum ultrafiltrate. As expected, C1-was raised in CF sweat (104'3 mmol/L vs 19+2 mmol/L in controls, p<.01); however, sweat SO4 was significantly lower in CF patients (48'5 umol/L) than in controls (81i3 umol/L, p<.01). Although SO and C1-are known to share the anion exchange system in the red cell membrane and are apparently handled similarly in the normal sweat duct, their transport by the CF sweat duct is not the same. Any model of defective anion exchange in the CF sweat gland must take this dissociation of SO4 and C1-permeabilities into account. Hepatic monoacylglycerol acyltransferase (MGAT) activity is 700-fold higher during the suckling period than in the adult rat.
1.6 and 0.1 nmol/min/mg on day 28 and in adult rats, respectively. The activity had a pH optimum at 8.0 and was activated by albumin and by phosphol ipids. With (3~)~almi toy I-CoA and sn-2-monooleoylglycerol, more than 96% of the products were di-and triacylglycerols. 90% of the diacylglycerol product was the 1, 2 isomer.
The activity was stable at 43O for 50 min and had t 1/2 values of 8 min and 4.5 min at 53.5 and 55OC, respectively. Suckling rat MGAT activities in liver and intestinal mucosa were 100-to 300-fold higher than in other tissues. MGAT activity was 12.5 fold greater with C16:O-CoA than with C8:O-CoA. Acetyl-CoA was not a substrate. The z-2-monoacylglyceroIs were strongly preferred over the sn-l isomers. No direct relationship was noted between monoacylg~cerol chain length and apparent K, value. The presence of high MGAT activity suggests that the monoacylglycerol pathway provides a major route of glycerolipid synthesis in suckling rat liver.
HEPATIC RESPONSIVENESS TO A GLUCOSE INFUSION IN PREGNANCY. Richard M. Cowett, Brown University, Women & Infants Hosp. Dept. of Ped. Providence, RI To enhance glucose transfer to the fetus, the pregnant woman may evidence prolonged hyperglycemia after feeding. To evaluate if hepatic responsiveness to glucose and insulin, in contrast to decreased peripheral glucose uptake, contributes to this metabolic response, the glucose production rate (GPR) was measured in 15 pregnant non-diabetics (P-ND) (G: 37. Ins. N mgfdl pU/ml m 'k min-I N mgfdl LIU/ml mg'k P-ND if 7 8 ' 1 1 8 ' 1 187(:.6-3.3) 6 115t6** 60'11**0.2(~-0.6)** P-ID 9 7 4 ' 7 4627 1.5(0.7-2.1) 7 129216* 65'12 0.5(0-1.2)* C 6 8 7 ' 1 1 4 ' 1 Z.O(l.5-2.4) 6 114t7* 28'3** 0.1(0-0.3)** unpaired t test (saline vs. glucose) *p<.01 **p<.001 (range) All glucose groups had elevated pl. glucose compared to the saline groups. Both the P-ND and C had elevated pl insulin in response to glucose but the P-ND rise was greater(p<.05). The GPR was suppressed in all glucose groups; the GPR of the P-ID was similar to that of the P-ND but more variable than that of the C (pC.05). In the third trimester the P-ND and P-ID have similar hepatic responsiveness to glucose and insulin compared to C which does not contribute to the observed hyperglycemia. We have examined the ability of UCS to provide a continuous source of glucose during the night in 10 children (ages 4-17yrsl with GSD-1. The amount of orally administered UCS was calculated to be equal to the rate of hepatic glucose production and given in either 4 or 5hr loads. All patients had been on a regimen of continuous overnight dextrose (COD) with D25 or D50 via gastrostomy and 1-3hr daytime D feedings prior to study.
UNCOOKED CORNSTARCFI (UCS)
Blood glucose (BG) , lactate (L), free fatty acids (FFA) , insulin (IRI), growth hormone, cortisol and glucagon levels obtained from 2200-0700hrs during nocturnal UCS and COD were compared. The results are shown in the following table (meant SEM; n=number of determinations per 10 patients) :
89+3 (140) 18t2 (140) However, a trial of this therapeutic approach m y be warranted before m r e invasive masures (portacaval shunt/plasmphoresis) are attqted.
